We report the second patient diagnosed with autoimmune pancreatitis complicated with autoimmune thrombocytopenia and interstitial pneumonia. The patient was treated with prednisolone and responded favorably. We demonstrated that anti-platelet (PLT) antibody of the patient was IgG4 and that it may react with HLA, not specific antigen, on both pancreas and PLT.
Introduction

An unusual form of pancreatitis called primary inflammatory sclerosis of the pancreas, which may result from an autoimmune mechanism, was first reported by Sarles et al (1). Toki et al (2) reported four cases of chronic pancreatitis showing diffuse irregular narrowing of the entire main pancreatic duct. Yoshida et al (3) summarized the clinical findings of the pancreatitis and proposed the concept of autoimmune pancreatitis (AIP). Since then many patients with AIP have been reported. However, a clear definition of its pathogenesis and pathophysiology remains to be determined. Since AIP dramatically responds to steroid therapy, precise diagnosis of AIP is necessary to avoid unnecessary surgery. Although the pathological criteria for the diagnosis of AIP is lymphoplasmacytic infiltration and fibrosis in the pancreas
, it is usually difficult to take specimens from the pancreas. Therefore, AIP can be diagnosed using information from a combination of clinical, laboratory, and imaging studies. The Japan Pancreas Society has proposed "Diagnostic Criteria for Autoimmune Pancreatitis, 2002" (4, 5) however, the precision of the diagnostic criteria is low because emphasis is placed on the absence of pancreatic cancer and the value of serum IgG4 is not considered. Therefore, the diagnostic criteria of AIP were revised in 2006 as follows (6) (Fig. 1-a) (Fig. 1-b) . CT demonstrated a hypovascular lesion in the pancreas head with dilatation of main pancreas duct in the body and tail (Fig. 1-c-i, ii) . Endoscopic retrograde cholangiopancreatography (ERCP) revealed an irregular narrowing of the main pancreatic duct in the pancreatic head ( Fig. 1-d (Fig. 1-e) (15) . Furthermore, IP was complicated in the patient as described above.
The treatment with prednisolone (PSL) (1 mg/kg/day, 55 (Fig. 3-a-i) , and CT showed an atrophic change of the pancreas head (Fig. 3-a-ii, iii) . Furthermore, reticular shadows in the lungs were also improved ( Fig. 3-a- (Fig. 3-b-i) and atrophic change of pancreas head detected by CT remained unchanged from that observed after one month of PSL treatment (Fig. 3-b-ii, iii) . The reticular shadows in the lungs also remained unchanged from that observed after one month of PSL treatment (Fig. 3-b-iv 
F i g u r e 1 . Ra d i o l o g i c a l f i n d i n g s o f t h e p a t i e n t o n a d mi s s i o n . ( a ) I n t e r s t i t i a l f i b r o s i s o f t h e b i l a te r a l l o we r l u n g s o n CT . ( b ) Hy p o e c h o i c l e s i o n i n t h e p a n c r e a s h e a d o n u l t r a s o n o g r a p h y . ( c -i , i i ) Hyp o v a s c u l a r l e s i o n i n t h e p a n c r e a s h e a d wi t h d i l a t a t i o n o f ma i n p a n c r e a s d u c t i n t h e b o d y a n d t a i l o n c o mp u t e d t o mo g r a p h y ( CT ) . ( d ) I r r e g u l a r n a r r o wi n g o f t h e ma i n p a n c r e a t i c d u c t i n t h e p a n c r ea t i c h e a d o n e n d o s c o p i c r e t r o g r a d e c h o l a n g i o p a n c r e a t o g r a p h y ( E RCP ) . ( e ) I r r e g u l a r i t y o f S t e n s e n ' s d u c t b r a n c h e s o n s i a l o g r a p h y .
mg/body/day) was started for immune thrombocytopenic purpura. Since the number of PLT was elevated to more than 20×10 4 /mL within 2 weeks, we tapered PSL to 5 mg/ day (Fig. 2). Total IgG and IgG4 were decreased to normal ranges within 5 months. One month after the beginning of the treatment with PSL, US demonstrated that hypoechoic lesion became unclear
iv). Four months after the beginning of the treatment with PSL, hypoechoic mass in the pancreas could not be detected by US
Discussion
To date, concurrent development of AIP and autoimmune thrombocytopenia has been reported in eight cases including the present case (16) (17) (18) (19) . In these cases, both PLT associated antigen IgG and total IgG were elevated, and IgG4 was elevated in the five cases that described its levels. PSL administration was the common treatment, and a marked improve- 
F i g u r e 3 . Ra d i o l o g i c a l f i n d i n g s o f t h e p a t i e n t a f t e r p r e d n i s o l o n e t r e a t me n t . ( a ) Af t e r t r e a t me n t wi t h P S L f o r o n e mo n t h . ( b ) Af t e r t r e a t me n t wi t h P S L f o r f o u r mo n t h s . ( i ) Ul t r a s o n o g r a p h y f i n d i n g s . ( i i , i i i ) Ab d o mi n a l c o mp u t e d t o mo g r a p h y ( CT ) f i n d i n g s . ( i v ) Ch e s t CT f i n d i n g s .
ment was observed in the pancreatic lesion and the PLT count in all reports. To date, eight cases of concurrent AIP and interstitial pneumonitis (IP) have been reported (19) (20) (21) (22) (24) . We ruled out the possibility that
F i g u r e 4 . F l o w c y t o me t r i c a n a l y s e s o f I g G s u b c l a s s b i n d i n g t o p l a t e l e t s . P l a t e l e t s o b t a i n e d f r o m t h e p a t i e n t ( ██) a n d h e a l t h y v o l u n t e e r ( ▬▬)
we r e i mmu n o s t a i n e d wi t h a n t i -I g G a n t i b o d i e s ( a ) , a n t i -I g G1 a n t i b o d i e s ( HP 6 0 1 2 ) ( b ) , a n t i -I g G2 a n t i b o d i e s ( HP 6 0 1 4 ) ( c ) , a n t i -I g G3 a n t i b o d i e s ( HP 6 0 1 0 ) ( d ) , o r a n t i -I g G4 a n t i b o d i e s ( HP 6 0 2 5 ) ( e ) a n d a n a l y z e d b y f l o w c y t o me t r y . (15, 25) . It is widely known that autoimmune thrombocytopenia is induced by HP infection (26) . In the present case, HLA was not examined, but the 13C-urea breath test was positive. Therefore, we were interested in whether HP eradication was also effective for the immune thrombocytopenia associated with AIP. However, since the PLT count plummeted abruptly and a bleeding diathesis appeared, it was necessary to administer PSL to the patient.
